Introduction {#sec1-1}
============

Lymphangiomas are benign vascular malformations (venous--lymphatic malformations), usually diagnosed in early childhood, especially in the head-and-neck region but rarely involving the orbit. It usually presents at an early age, from infancy to the first decade of life and constituted 0.3%--1.5% of all histopathologically diagnosed orbital tumors.\[[@ref1]\] It is likely that orbital lymphangiomas are of congenital origin, but these lesions cannot be marked as a hamartoma, as orbit is devoid of lymphatic vessels. These malformations are slow to evolve but very invasive and have a malformed component that is a mix of venous and lymphatic tissue.\[[@ref2]\] Lymphangiomas are not encapsulated and often infiltrate the fat, orbital septa, nerves, and muscles making complete excision impossible.\[[@ref2]\] We report a case of retrobulbar lymphangioma that was removed successfully by lateral orbitotomy approach.

Case Report {#sec1-2}
===========

A 14-year-old girl presented with gradually progressive proptosis of the left eye (6 mm on Hertel) with lateral globe displacement. There was no history of visual loss, restricted eye movement, or diplopia. The patient underwent complete clinical ocular examination and radiological evaluation. Magnetic resonance imaging (MRI) showed well-defined mass lesion at superolateral aspect of left orbit in retrobulbar space with extension in both intra- and extraconal space and splaying the superior and lateral rectus muscles apart. It appeared to be isointense on T1 and hyperintense on T2 with irregular heterogeneous enhancement on contrast administration. It measured around 26 mm × 24 mm × 23 mm in size and was located predominantly in the posteromedial aspect of the globe. Lesion caused minimal expansion of the left orbit with inferomedial displacement of the optic nerve. Proptosis of the left eye was noted \[Figures [1](#F1){ref-type="fig"}--[3](#F3){ref-type="fig"}\]. The left globe *per se* appeared normal. The right eye and orbit did not reveal any abnormality. Visualized intracranial structures were normal. There was no extension of this lesion intracranially. On the basis of imaging, the patient was diagnosed to have cavernous hemangioma of the left eye. The lesion was approached through a left lateral orbitotomy. Intraoperatively, the lesion was well defined with distinct borders and could be excised completely.

![Magnetic resonance imaging T2-weighted axial images -- hyperintense lesion involving extraconal as well as intraconal compartment of the left eye](AJNS-13-1292-g001){#F1}

![Magnetic resonance imaging T2-weighted sagittal image showing heterogenousely hyperintense lesion](AJNS-13-1292-g002){#F2}

![Coronal magnetic resonance image obtained in the plane of the left globe shows a large lesion occupying most of the left orbit with heterogeneous enhancement on contrast administration. The left globe is proptosed and is not seen on this image](AJNS-13-1292-g003){#F3}

At histopathologic analysis, the malformation was composed of multiple large lymphatic channels, focally lined by flattened epithelium with small scattered mature lymphoid aggregates in the wall, and dysplastic channels were filled with pink, amorphous, homogeneous proteinaceous fluid, and lymphocytes. Features were suggestive of lymphangioma \[[Figure 4](#F4){ref-type="fig"}\].

![(a) Photomicrograph shows multiple large lymphatic channels, focally lined by flattened epithelium with small scattered mature lymphoid aggregates in the wall, and filled with pink, amorphous, homogeneous proteinaceous fluid, and lymphocytes (H and E, ×20). (b) Photomicrograph shows a higher magnification of the same focus (H and E, ×100)](AJNS-13-1292-g004){#F4}

The surgical treatment was completely curative and successful. Pathological findings were suggestive of orbital lymphangioma. The postoperative course was uneventful with excellent esthetic result with the complete reduction of proptosis. At 1-year follow-up, the patient had no proptosis with normal clinical ocular examination.

Discussion {#sec1-3}
==========

Venous--lymphatic malformations are prevalent vascular lesions in the orbit. The malformations are present at birth, but they may not be discovered until they undergo expansion. Clinically, lymphangiomas usually present with a slowly progressive exophthalmos, displacement of the globe, ptosis, restricted eye movements, or with sudden proptosis due to intratumoral hemorrhage and expansion.\[[@ref1]\] Lymphatic malformations are unencapsulated, diffuse infiltrating with ill-defined margins, and multicompartmental, often including both intraconal and extraconal components that are insinuated between normal orbital structures. The lesions may extend across tissue planes to infiltrate the eyelid and orbit and can have components with cysts. The intralesional hemorrhage is common and frequently produces distinctive fluid--fluid levels within the cystic portions. Venous--lymphatic malformations of the orbit are associated with noncontiguous, ipsilateral, and intracranial vascular anomalies.

Overall, radiologic analysis alone has a diagnostic specificity of 77% for this type of tumor. However, radiological appearance may mimic other tumors and orbital lymphangioma can sometimes be misdiagnosed as orbital hemangioma, rhabdomyosarcoma, or lymphoma when only imaging studies are used.\[[@ref3]\]

Tunç *et al*., in their series of 26 cases, reported that five cases of lymphangiomas were misdiagnosed as orbital hemangiomas on preoperative imaging.\[[@ref1]\] Lymphangiomas do not enhance with gadolinium, suggesting that they are isolated from the systemic circulation.\[[@ref4]\] However, in the present case, heterogeneous contrast enhancement was noted. Lymphatic malformations of the orbit must be differentiated from cavernous hemangiomas, venous malformations, rhabdomyosarcomas, and lymphomas. MRI is the modality of choice to identify the hemorrhagic cyst as well as the lymphatic cystic component. Hemorrhagic cyst (acute and subacute) shows increased signal on both T1- and T2-weighted MRI images, whereas lymphatic cysts are hypointense on T1-weighted images and hyperintense on T2-weighted images. MRI study is most helpful in documenting fluid level within the multicystic lesion. Intralesional hemorrhage is common and frequently produces distinctive fluid--fluid levels within the cystic portions. Before the surgery, we thought it likely on the basis of the results of MR imaging that the patient\'s lesion was a cavernous hemangioma. The utilization of MRI and CT can help in narrowing the differential diagnosis; however, a definitive diagnosis of orbital venous--lymphatic malformations requires surgical excision with confirmatory pathological analysis.

The pathogenesis of orbital lymphangioma is controversial, and there has been considerable debate in the literature about the origin of orbital lymphangiomas, whether they represent hamartomas, orbital venous anomalies, combined venous--lymphatic malformations, or distinct entities.\[[@ref5][@ref6][@ref7]\]

Management of orbital and adnexal lymphangioma can be challenging and difficult due to diffuse infiltration and associated hemorrhage. Surgery remains the treatment of choice with the main aim to preserve visual function and cosmesis. Surgical approach should be determined by careful study of axial, sagittal, and coronal sections from MRI with an emphasis on size, shape, location of tumor, and its relations to critical orbital structures. In symptomatic patients, the infiltrative, diffuse nature of the lesion usually allows only a partial resection.\[[@ref1]\] Gündüz *et al*., in a series of 18 patients with periocular lymphangioma, reported total resection of the lesion in five patients and concluded that surgically well-delineated extraconal lymphangiomas can be resected totally with no clinical recurrence at short-term follow-up.\[[@ref8]\] In the present case, lesion was well defined with distinct borders and could be excised completely. Systemic corticosteroids and intralesional injections of bleomycin or Ok-432 (penicillin G-treated low-virulence Su strain of human origin group A *Streptococcus pyogenes*) are also used and recommended by some authors for recurrent lesions; however, surgical excision is the modality of choice for curative treatment at least for primary and/or retrobulbar lymphangiomas.\[[@ref9]\]

Conclusion {#sec1-4}
==========

Orbital lymphangioma should be considered in differential diagnosis of orbital masses. This study also highlights the significance of MRI in the diagnosis of lymphangioma. Surgically well-delineated intra- and extraconal lymphangiomas can be resected totally with preservation of visual function and satisfactory cosmetic appearance.
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